OOmeH yrnesonoB



3HaHUS O CTPYKTYpe M CBOUCTBAX yrneBogoB HEOOXoauMbI Ans
NoOHMMaHNA X PYHKUNK B opraHname verioseka. [pexae Bcero
yrreBoabl SBAATCA OCHOBHbLIMM NOCTaBLWMKaMM SHeprun. Ha mx
nonto npuxogutcs bonee 50% OT CyTOYHOro KonmnyecTea
HeobXxoaMMbIX OpraHM3My YerioBeka Kanopun. Yrnesoabl
COCTaBnAT NoYTN 75% Macchbl CyTOYHOro NULLEBOro pauuoHa. B
NPOMEXYTKax Mexay eqown B Ka4eCTBe JIerkomoounnmnayemoro
pesepBa OpraHM3M UCNONb3YeT rMukoreH. B Buae rmmukoreHa KNeTku
3anacatoT okosio 500 r aToro nonuncaxapuga, YTo COOTBETCTBYET
npmumepHo 2000 kkarn.

Cnenyet OTMETUTL U CTPYKTYPHYIO posb yrresodoB. B Bnae
[MMKO3aMUHOITIMKAHOB YIIeBOAbI BXOAAT B COCTaB MEXKNETOYHOro
MaTpukca. bonblioe 4ncno 6enkos (pepmeHTbl, benkn-
TpaHcnopTepbl,0eNKN-peLenTopbl,rOPMOHbLI, UMMYHOTTIOOYNUHGLI U T.
0.) ABNSIETCA MUKONPOTENHaAMU. YrneBoabl UCMOSb3YTCA Ans
CUHTE3a HYKITEUHOBbLIX KUCNOT U BXOAAT B COCTaB KOPepPMEHTOB.

[ MIOKYPOHMAObI y4aCTBYIOT B Npoueccax AeTOKCMKauum SHO0MEHHbIX
S100B N KCEHODNOTUKOB. Takmm obpasom, KpoMe OCHOBHOW
9HepreTnyeckon PyHKUMKN («KNeToYHbIE ApOBay») yrneBoabl
y4acTBYIOT BO MHOIMX MeTabonmyeckux rnpoleccax.



OcHoBHbIe yrnesoabl nuwn. CtpoeHue,
nepeBapuBaHue

IcTOUYHMKOM yrmeBoaoB AJ1Ad opraHn3mMa 4vesioBeka ABIATCA
yrmeBoabl MK, OCHOBHbLIM U3 KOTOPbIX ABJIAETCA Kpaxmarl. Kpome
TOro, B nuLle coaepXatcsd rioKo3a, caxapola, J1akKTto3a U apyrme
yrmesoabl, HO B MEHbLLUEM KOJTNYECTBE.

MoHocaxapuabl nuwm

moko3a — 310 anbaorekcoda. OHa MOXET CyLLeCcTBOBaTL B
NUHENHON U umnKnmndeckon goopmax. Linknmuyeckas doopma rmnokosbl,
npeanovTuTenbHaa B TepMoaAnHaMUYECKOM OTHOLLEHMUN,
obycnaBnmBaeT XMMUYECKME CBOMCTBA MoKo3bl. Hanbonee
BaXXHbIMW CTEPON3OMEpPaAMM 3TOro MoHocaxapuaa sisnsetca D- n L-
[1H0KOo3a.

PpyKTO3a — KeTorekcosa (Ketorpynna HaxoauTcsl y BTOPOro
yrnepoaHoro atoma). PpykTosa, Tak XKe Kak M rmnoKosa, CyLecTByeT
B LMKnnyeckon coopme, obpasys a- n 3-aHoMepbl.



OcHoBHble yrnesogbl nuwm. CTpoeHne, nepesapuBaHune
Oucaxapuabl nUm

Caxapo3a — gucaxapupg, coctosawmnm na a-D-rntokosbl n B-D-cpyKTo3bl,
coeAuHEHHbIX a,3-1,2 rmmnko3ngHoun cesa3bto. Caxapo3a — pacTBOPUMbIN Aucaxapua,
NpuBNeKaoLWmnin YernoBeka CBOUM cragkum BKYCOM. MICTOYHMKOM caxapo3abl CIy»KaT
pacTeHusa, o0COBEHHO Takue, Kak caxapHas CBekna, caxapHbln TPOCTHUK. [TocneaHee
00BbSACHAET BO3HMKHOBEHME TPUBMATIbHOIO Ha3BaHUS caxapo3bl — TPOCTHUKOBBLIN UMK
CBEKINOBUYHbLIN caxap, LUMPOKO UCMONb3yeMbIN OAbMN B NULLEBOM paLMOHE.

JlakTOo3a — MONOYHbIN cCaxap, ABAAETCA BaXKHENLMM gMcaxapuaom MOokKa
MnekonuTawLmx. B kopoBbeM Mosrioke cogepxmntca o 5% naktosbl, B XKEHCKOM
monoke — 0o 8%. B naktose aHomepHas OH-rpynna nepBoro yrnepoaHoro atoma
ocTtaTka D-ranaktosbl cBA3aHa B-rmMKo3naHOM CBSA3b0 C YETBEPTLIM YINepPoaHbIM
atomom D-rnokosbl (-1,4-cBA3b).

ManbTo3a noctynaeTt ¢ npoaykraMmu, cogepxawmmMm YaCTUYHO rnMaporin3oBaHHbIN
Kpaxmar, Hanpumep cosnog, nmBo. Manbsro3a Takke obpasyeTcs npu pacluenneHmm
Kpaxmana B KuwedyHunke. Marnbsro3a cocTouT n3 asyx octatkoB D-rrokosbl,
coeAVHEHHbIX a-1,4-rmMMKoO3NaHON CBA3bLIO.

N3omanbTo3a — NpoMeXyTOYHbIN NPOAYKT, 00pasyowmncs Npu pacLuenseHmm
Kpaxmarna B KnwedHuke. CocTouT n3 AByx octaTkoB D-rmnioko3bl, HO COeQMHEHbI 3TU
MOHOcaxapuabl a-1,6-rnMKo3naHON CBA3bIO.



OcHoBHble yrnesogbl nuwm. CTpoeHne, nepesapuBaHune

Monucaxapuabl NULWK

Kpaxman sBnsaetcs pesepBHbIM NonMcaxapuaom pacTeHUN U COOEPXUTCHA B HaMborbLUeM
konuyecTse (0o 45% OT cyxoro BellecTBa) B 3epHax 3rnakoB (nweHuua, Kykypysa, puc 1 T.4.), a
TaKke nykoBuLax, ctebnsax n knybHax pacteHun (B kaptodene npumepHo 65%). OH cogepxunTca
B KrneTKax pacTeHun B BUAe rpaHyn, npakTuyeckn HepactsopumM B Boge. Kpaxman — 310
pas3BeTBIIEHHbIN MonMcaxapua, COCTOALWMI U3 OCTATKOB MIOKO3bl (TOMOTTINKaH).

B mecTax BeTBfeHUs OCTaTKM r10KO3bl COeAUHEHbI a-1,6-rMNKo3naHbIMU CBA3SAMM. JIMHEnHble
y4acTku cogepat npumepHo 20—25 ocTtaTKoB roko3bl. [1pu aToM hopmupyetca gpeBoBuaHad
CTPYKTYypa, B KOTOPOWN UMeeTcs nNulb ogHa aHomepHasa OH-rpynna. Kpaxman — a1o
BbICOKOMOJIEKYNAPHOE coenHEHNEe ¢ MornekynspHon maccoun nopsigka 105-108 [a.

Llenntono3sa (knetyatka) — OCHOBHOW CTPYKTYPHbIA Nonucaxapug pacteHnn. 3To camoe
pacnpocTpaHeHHOe opraHn4yeckoe coeanHeHne Ha 3emre. [Jona uenntonosbl B KNETOYHbIX
cTeHkax pacteHun coctasnsieT 40—-50%.

Llenntonosa — nMHENHbIM nonucaxapug, roMorfvkaH, NOCTPOEHHbIN U3 OCTaTKOB [MHOKO3bI,
COEANHEHHbIX Mexay cobon B-1,4-rnmMko3naHbiMu cBsassamun. MNuweBaputenbHasa cuctema
Yyenoseka He MMeeT PeEPMEHTOB, MOPONU3yLWKMX B-CBA3M B nofiMcaxapugax, nodTomy
Liensitonosa aBnsgeTcsa HENCNONb3yeMbIM YrNeBo4OM, HO 3TOT NULLEBOW KOMIMOHEHT, Kak byaeT
onucaHo ganee, HeobxoaMm Ans HopManbHOrO NPOTEKAHUA NpoLecca NepeBapuBaHus.

MukoreH — noJincaxapung >KNBOTHbIX N YEJTOBEKA. Tak xe, Kak KpaxmMain B paCTeHnsAX, rmkoreH B
KneTKax >XNUBOTHbLIX BbINOJIHAET peE3EepPBHYIO beHKLl,VII-O, XOTA B NMUe coaepXxnTcd Jinb B
HebOonbLIMX KONUYECTBAX.

[MukoreH npeacrasndeTr cobon CprKTyprIVI aHarior Kpaxmarna, HO MeeT 6OJ'IbLIJyI-O cTerneHb
BETBIIEHUA: NPUMEPHO Ha KaKAble 10 ocTaTKoB IMOKO3blI npnxognTcAa ogHa a-1,6-rnuko3ugHas
CBA3b.



OcHoBHble yrnesogbl nuwm. CTpoeHne, nepesapuBaHune
NepeBapuBaHue yrnesoaos

B snutenmnanbHble KNeTKM KULLEeYHMKA CNOCODHbI BCAaCbIBATbCA TOSTbKO
MOHOCaxapunabl. |_|03TOMy npouecc rnepesapmBaHUA 3aKiiio4aeTCA B
CbepMeHTaTI/IBHOM rmaponunae rMmMmko3ngHbIX CBSI3eN B yrmesogax, NMeLLnNX
Ononnro nnn nonnucaxapmngHoe CTtpoeHme.

MNepeBapuBaHue yrneBogoB B POTOBOM NONOCTH

B poTtoBon nonocTtu nuila namesnibdaeTcs npu nepexesbiBaHUM, CMadnBadACh npu
9TOM cntoHoun. CritoHa Ha 99% cocTonT 13 Boabl 1 0OblMHO nmeeT pH 6,8. B
CINOHE MPUCYTCTBYET r’MApONnUTUYEeCcKnn oepmeHT a-amunasa (a-1,4-
rmuKosunpasa), Kotopad pacwensisieT B Kpaxmane a-1,4-rnmmkosmgHble CBA3MN.
[TonHoe pacLuenneHne Kpaxmana B pOTOBOM NOMOCTU HE NMPOUCXOAUT, TaK Kak
aencrtene oepmeHTa KpaTtkoBpemMeHHOo. Kpome Toro, amunasa CritoHbl He
pacwienngaet a-1,6-rmmMkosngHble CBA3KW, MO3TOMY Kpaxmar nepeBapuBaeTcd
NNLWb YaCTUYHO ¢ 0bpasoBaHMEM KPYMHbIX hparMeHTOB —AEeKCTPUHOB U
HeDOonNbLIOro KonimdyecTsa ManbTo3bl. CriegyetT OTMETUTb, YTO amMunasa CIltoHbI
He rmaponusyeT MUKo3naHble CBA3W B AMcaxapuaax.

[encrteme amunasbl CrOHbI MpeKpaLlaeTca B KUCIION Cpefe CoaepXMMOro
xenyaka (pH=1,5+2,5).0gHako BHyTpW NULLEBOro KOMKa, akTUBHOCTb aMusiasbl
MOXET HEKOTOPOE BPeMs COXPaHATLCA. XKenyao4yHbI COK HE COAEePXUT
depmMeHTOB, paclennarLwwmx yrrinesoabl. B xenygoyHoMm cogepXxMmom
BO3MOXEH NULLb HE3HAYUTENbHbIN KUCITOTHBIN rMAPOnn3 rMnKo3uaHbIX CBA3EMN.



OcHoBHble yrnesogbl nuwm. CTpoeHne, nepesapuBaHune

NepeBapuBaHue yrneBoAoOB B KULUEYHUKE

[Mocneaytouwme aTanbl NnepeBapuBaHnsa HepPacLLUENIEHHOrO NN YacTUYHO
pacLlenneHHoro Kpaxmarna, a Takke Apyrux yrneBoaoB My NPOUCXoasaT B
TOHKOM KULLIEYHUKE B Pa3HbIX €ro otaenax nog AencTesmem
rmaoponuTn4ecknx depmMeHToB — FAIMKO3uaas.

B oBeHaguaTtunepcTHOM KULKke pH cpenbl Xenygo4YHoro cogepXMmoro
HenTpanna3yeTcs, Tak Kak CeKpeT NoaKenyao4vyHOU Xenesbl UMeeT
pH=7,5+8,0 n copepxmt brukapboHatsl (HCO,").C cekpeTom
NO4XKENYO04YHOM Xere3bl B KULWEYHUK NOCTYNnaeT naHKpeaTn4yeckas o-
amMuna3sa. JT0T bepMeHT rmaponmayeT a-1,4-rnmkosmgHble CBA3N B
Kpaxmare u OeKCTPUHaX.

[MpogykTamu nepeBapmBaHns Kpaxmarsa Ha 9TOM 3Tane SABNseTcs
Oucaxapug MmanbTo3a, codepxallasa aBa octaTka rmioKo3bl, CBSA3aHHbIE
a-1,4-cBA3bto. 13 TeX OCTATKOB IMIOKO3bl, KOTOPbIE B MOSIEKYIE Kpaxmarna
Haxo4ATCA B MeCTax pa3BeTBIIEHNS N COeAUHEHBbI O-1,6-rMUKO3NOHON
CBsA3bl0, 0OpasyeTca ancaxapug nomanbrosa. Kpome toro, obpasyetcs
HEKOTOPOE KONIMYECTBO onurocaxapuaos, cogepxawmx 3—8

OCTaTKOB M0KO3bl, CBSA3aHHbIX a-1,4, n a-1,6 cBaA3gaMun. a-amunasa
NOOKENYO04YHOM Xeresbl, Tak Xe Kak a-amuriasa CrtoHbl, JeUCTBYET Kak
3HOOornNMKo3naasa.



OCHOBHBbIE yrnesoabl NULLNA. CTpoeHme, nepesapunBaHue. I'IepeBapMBaHme yrneeoaoB B KULLEYHUNKE

naHeraTl/l‘—leCKaFl a-aMmuiia3da He pacLulernsidaeTr a-1,6-rnMmMKo3naHbie CBSI3N B KpaxmMarne.
oT0T d)epmeHT TaKXe He TnApOoJIn3yeT B-1 ,4-rnMnKo3naHble CBA3M, KOTOPbIMUA
CoeUHEHbIl OCTATKU ITTIOKO3bl B MOJ1EeKyIe Uersioiio3bl. Ll,enmonosa, TaknuMm 06pa30M,
NpoxXoanT Yepes3 KNLLEYHUK HEN3MEHEHHOW. TeM He MeHee HenepesapeHHas
Lesosio3a BbIMNMOJIHAET BaXHYHO beHKLI,I/II-O ©annacTHOro BeLLecTBa, npmngaBas nuLle
AONOSTHUTENbHLIN 0O BEM U NOMOXKUTENBHO BNNUSIS Ha npouecc nepesapmnBaHUA.
Kpome TOro, B TONICTOM KMULWWEYHUKE UerJiofo3da MOXET nogBeprartbCA OEeNCTBUIO
6aKTep|/|aanb|x d:)epMeHTOB N 4aCTU4YHO pacllernnAaTbCAd C O6paSOBaHVIeM CrnpTOB,
OopraHnN4ecCKnx KMCcnotT U C02 npO,D,yKTbI 6aKTep|/|aanoro pacwenneHnda uesnosio3dbl
BaXXHbl KaK CTUMYINATOPbI NEpUCTalibTUKMN KNLWEeYHUKa.

HanbHenwee nepesapuBaHne MarnsTo3bl, UI30OManbLTO3bl, Caxaposbl, NakTo3bl U
onurocaxapugoB NPOUCXOANT Nog AencTBueM cneumdmnyecknux pepmeHToB B TOHKOM
KnweyHuke. AKTUBHOCTb crieymdmnyecknx onuro- 1 gucaxapunas B npoceere
KnweyHuka Hu3kas. Ho doepMeHTbl akTUBHO OEeNCTBYIOT Ha NOBEPXHOCTU
anuTenuanbHbIX KNEeTOK KnwevHnka, obpasysi hepMeHTaTUBHbI€ KOMMNJIEKChI.

Caxapa30-nsomanbTasHbIU KOMMNEKC rmaponuasyeT caxaposdy U naomarbsroasy,
pacwennada a-1,2- n a-1,6-rmmkosngHole cBa3n. K TomMy Xe, 3TOT KOMMNEKC nMeeT
ManbsTasHyo U ManbTOTPMAasHY akTUBHOCTb, rmaponuays a-1,4-rnmko3vaHsle CBA3N B
MansTo3e N ManbToTpuo3e (Tpucaxapug, obpasyowmnincs ns kpaxmana). Ha gonto
caxapaso-u3omansrasHoro komnnekca npuxoautcsa 80% oT Bcen MmansTasHOM
aKTMBHOCTU KULLIEYHUKA.



OcHoBHble yrnesoabl nuwm. CTpoeHne, nepeBapmBaHune. NepeBaprBaHne yrneBoaoB B KALWLEYHNKE

B ToLwlen KnLiKe cogepxaHne caxapaso-n3omarnbsra3Horo
doepMeHTaTUBHOIO KOMMJieKca A4OCTaTOYHO BbICOKOE, HO OHO
CHMXAaETCA B NPOKCUMaribHOW U ANUCTaribHOW 4YacTsax
KULLIEeYHUKA.

MukoamMumnasHbIN KOMMJIEKC KaTanm3npyeT rngponuns a-1,4-
CBA3N MeXxAay rMIKO3HbIMM OCTaTKaMu B onMrocaxapugax,
OEWUCTBYA C BOCCTaHaBnueatowlero koHua. [lo mexaHnsmy
OEVNCTBUSA 3TOT (PEPMEHT OTHOCUTCA K IK30rMMKo3ngasam.
KomMmnnekc pacLuennaeTt Takke CBA3W B MansTo3e, OeNCTBYS
Kak manbeTasa. [ nnkoamunasHasa akTMBHOCTb KOMMJieKkca
HamMborsibLLasi B HXKHUX OTAEeNnax TOHKOro KULLIEYHUKa.

B-rmuKo3mnaa3HbIv KoMmnrieke (nakrasa) pacwennget 3-1,4-
[MNKO3NOHbIE CBA3WN MeXAY rasakto3ou U rmoKo3omn B
nakroase.



MNepeBapuBaHue (A) u
BcacbiBaHue (Bb) yrneBopos.

BcacbiBaHMe MOHOCaxapua0B u3
KMLIEYHMKA NPOUCXOAUT NyTEM
obneryeHHon anddysum c no-
MOLWbIO cneunanbHbix 6enkos-
NepeHoCYMKoB (TpaHcnopTepos).
Kpome TOro, rntoko3a v ranak-

TO3a NEePEHOCATCA B IHTEPOLUT
nyTem BTOPUYHO-AKTUBHOTO
TPAHCNOPTa, 3aBUCUMOTO OT rpa-
OVEHTA KOHUEHTPauun MOHOB
HaTpuA. Na-3aBucumble
TpaHcnopTepbl obecneymnsatoT
BCacblBaHUe

INOKO3bl U3 NPOCBETA KULIEYHUKA B
3HTEPOLMT NPOTUB rPaUEHTa
KOHUEHTpauuu. JHepruio, He-
0bxoAMMYIO ANA 3TOro TPAHCNOPTa,
obecneynsatorca Na+, K+-ATda3a,
KoTopan paboTaer, Kak

HacocC, OTKaYnBana u3 knetTkn Na+ B

obmeH Ha K+. B otanuume oT rioKo3bl

bpyKTO3a TPaHCNOPTUPY-
eTCa B N10ObIE KNETKN NyTEM
obneryeHHoOn anddysuu.
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OcHoBHble yrnesoabl nuwm. CTpoeHne, nepeBapmBaHune. NepeBaprBaHne yrneBoaoB B KALWLEYHNKE

JNNakTasa, Kak n gpyrue rnmko3smaasHblie KOMMeKcbl, CBA3aHa C
LLIETOYHON KaeMKOWN N pacnpegerneHa HepaBHOMEPHO MO
BCEMY TOHKOMY KULLEYHUKY. AKTUBHOCTb JlakTa3sbl Koneobrerca
B 3aBMCMMOCTW OT BO3pacTa. Tak, y nnoga oHa 0COHBEeHHO
aKTUBHAa B NO3OHME CPOKMN DEPEMEHHOCTU U COXPAHAETCA Ha
BbICOKOM YPOBHE [0 5—7 neTHero Bo3pacrta. 3aTem
aKTUBHOCTb pepMeHTa CHUXAaETCH, COCTaBMNsAA Yy B3POCIbIX
10% OT ypOBHS, XapakTepHOro Ansa AeTeun.

CoBMecTHOe JeNcTBUE BCeX NepedncrieHHbIX hepMeHTOoB
3aBeplUaeT nepeBapuBaHme NULLEBLIX ONUIo- U
nonmncaxapuaoB ¢ 0bpa3oBaHNeM MOHOCaxapwuaoB, OCHOBHbIM
N3 KOTOPbIX ABNSieTCs rnoko3a. Kpome rnoko3sbl 3 yrneBoaoB
NULLIM 06pasyeTcs Takke PYKTO3a 1 ranakto3a, B MeHbLLEM
KONM4yecTBe MaHHO3a, Kcunosa, apabuHosa.



TpaHcMeMOpaHHbIN NepPEeHOC IMMIKO3bl U
APYrMx MOHOCaxapuaoB B KIeTKU

BcacbiBaHue MOHOCaxapunaoB B KMLLEeYHUKe

TpaHcnopT MOHOCaxapuaoB B KIMETKN CIIN3NCTON KULLEYHNKA MOXKET
OCYLLECTBNATLCSA pasHbIMM cnocobamu: nytem obrer4yeHHOwu
anddy3nm n akTMBHOro TpaHcnopTa. B cnyyae akTmBHOro
TpaHcnopTa rnoko3a n Na* npoxoaart Yyepe3 memopaHbl C
NIOMUHaNbLHOW CTOPOHbI, CBSA3bIBAsICb C pa3HbIMK ydacTkaMmun bernka-
nepeHocuuka. Npn atom Na*™ noctynaer B KNeTKy Mo rpagueHTy
KOHUEHTpauMn n 0QHOBPEMEHHO [TH0KO3a TpaHCNopTUpyeTcH
NPOTUB rpagneHTa KoOHUEHTpaunmn (BTOPUYHO-aKTUBHbLIW TPAHCMNOPT).
CnepoBaTenbHo, YeM 6onblue rpagmneHT Na*, Tem 6onbLue
MOCTYNJIEHNE IMOKO3bl B 9HTEpOLUNTLI. Ecnn KoHueHTpaumsa Na* Bo
BHEKNETOYHOM XNOKOCTU YMEHbLUAETCSA, TPAHCMOPT MIOKO3bl
cHmkaetcs. [pagneHT KoHueHTpauum Na* co3gaetca paboton Na®,
K*-ATPa3sbl. BTOpn4YHO-aKTUBHBIN TPAHCMNOPT XapakTepeH Takke ans
ranakTo3sbl.



TpaHcMeMBpaHHbI NepeHoC MMIKO3bl U APYrMx MOHOcaxapuaos B kneTku. BcacbiBaHme
MOHOCaxapnagoB B KNLLIEYHUKE

bnarogapsi akTUBHOMY TpaHCNOPTY anuTenuanbHble KNeTKn
KMLLEYHMKA MOTYT MOrnoLaTh Koy nNpm ee o4eHb HU3KOU
KOHUEHTPaUMn B NPOCBETE KNLLEYHUKA. Ecnun xe
KOHUEHTPaUMA rMoKo3bl B MPOCBETE KULLEYHUKA BENUKA, TO
OHa MOXET TPaHCMOPTUPOBATLCA B KMNETKY NYyTEM
obneryeHHou anddysnun. Takmm xe cnocobom MOXeET
BCacbIiBaTbCA U QPYKTO3a.

[Tocrne BcacbiBaHMA MOHOCcaxapuabl (rnmaBHbIM 0bpa3om
[MOKO3a) NOKMAOAKT KITETKU CIU3UCTON KNLLEYHUNKA Yepes
MemMbpaHy, obpalLLEeHHYIO K KPOBEHOCHOMY Kanunnspy, ¢
NoMoLLLI obnerdyeHHon andpdysnn. YacTe rnokosbl (boree
NOSIOBMHbLI) NoMNagaeT B KPOBEHOCHYO CUCTEMY U Yepes
BOPOTHYIO BEHY N JOCTaBMAETCS B NEYEHb, a OCTallbHOE
KOSINYECTBO ITHOKO3bl MOCTYNAET B KMETKN APYrNX TKAHEWN.



TpaHcMeMOpaHHbIN NePEeHOC IMKO3bl U APYrMX MOHOCaxXapuaoB B KNETKU.

TpaHCnopT rNoKo3bl U3 KPOBU B KIETKU

[MoTpebneHne rnoKo3bl KNETKaMN U3 KPOBOTOKA NPOUCXOAUT TakKe

nytem obneryeHHon audpysmmn. CKopoctb TpaHCMeMBPaHHOIro NoToKa KO3kl
3aBMCUT TOSbKO OT rpagneHTa ee KoHUEHTpaunn. VcknioyeHmem siBRsaTCs KNeTkn
MbILLL, 1 )XUPOBOW TKaHW, rae obnerdeHHas Anddoysunsa perynmpyeTcst MUHCYSIMHOM
(ropMOH NoaKenyao4HoM Xernesbl). B oTCyTCTBME MHCYNMHA nnasmaTtmnyeckas
MeMbBpaHa 3TUX KNEeTOK HeNnpoHMUaema A1 rMoKo3bl, Tak Kak OHa HE COAEPXUT
Benkn —nepeHoCcUnKn (TpaHCcnopTepsb!) rOKO3bl. MMIOKO3HbIe TpaHCcnopTepbl
(FJTHOT) HasbiBaOT Takke peuenTtopamMu rmKo3bl. TpaHcnopTep MMEET y4acTOK
CBS3bIBaHWA IMIOKO3bl HA BHELLHEN CTOPOHE MeMbpaHbl. [locne npucoeanHeHus
[NIOKO3bl KOHOopMaLms benka N3MeHSETCS, B pesynbraTe Yero rfoKo3a OKasblBaeTCs
CBsi3aHHOW C Bernkom B y4acTke, obpallleHHOM BHYTPb KNeTKW. 3aTeM MKo3a
OTOENsIETCA OT TpaHcnopTepa, Nepexoas BHYTPb KIETKU.

Onuncanbl natb TMNoB MHKOT. OHM UMERT CXOAHY NEPBUYHYIO CTPYKTYPY U
OOMEHHYI0 OpraHmM3aumio, HO OTANYaloTCS Nnokanuaaunen N CTeneHblo cpoacTaa K

rHOKO3e.

Bce munbi ITIKOT moaym HaxoOumbCs Kak 8 rnna3mamuyeckol membpaHe, mak u 8 4umo30sibHbIX

gesukynax. [TTKOT-4 (u 8 meHbwel mepe [TIKOT-1) noymu nonHOCMb0 Haxo0sIMcs 8 UUMoriiasme Kremok.
BnusiHue uHcynuHa Ha krnemku, codepxawue ITTIOT-4, npugodum K nepemMeuw,eHUr0 8e3uKyr, codepxxaujux
[TIKOT, k nnaamamu4eckol membpaHe, CrIusSHUIK ¢ Hell U ecmpausaHuro mpaHcriopmepos 8 membpaHy. lNocne
4ye20 803MOXEH 0brie24eHHbIU mpaHCropm 2/1H0K03bl 8 3mu Kriemku. locre CHUXeHUS KOHUeHmpayuu UHCynuHa
8 Kpo8U mpaHcropmephbl 2/1F0KO3bl CHOB8a repemMewaromcs 8 yumoraasmy U rnocmyrnieHue 2/1t0Ko3bl 8 KIemky
rnpekpawaemcs.

U3gecmHbI pasnu4yHblie HapyweHus 8 pabome mpaHcrnopmepos aroKo3bl. HacrnedcmeeHHbIl 0eghekm amux
b6e1Kko8 MoXXem rniexxame 8 OCHOBE UHCYJTUHHE3a8UCUMO20 caxapHo20 duabema.



TpaHcMeMOpaHHbIN NePEeHOC IMKO3bl U APYrMX MOHOCaxXapuaoB B KNETKU.

Hapyl.ueva nepeBapunBaHnAa U BCaCbiBaHUA yrinesoanonB

B ocHoBe natonormu nepesapmBaHnAa N BCaCbiBaHNA YyIrneBoaoB
MOTYT ObITb NPUYNHDbI ABYX TUIOB.

1) neekTbl hepMeHTOB, Y4aCcTBYOLLNX B TMOPONn3e yrrinesoaos B
KNLLEYHUKE;

2) HapyLUeHne BcacbiBaHUSA NPOAYKTOB NepeBapuBaHus YrneBoaoB B
KNETKU CNU3NCTON KULLEYHMKA.

B Tom 1 APYromMm criydae BO3HUKaeT OCMOTNYHECKaA Anapesd, KOTOPYro
BbI3bIBAOT HEPACLUENJIEHHbIE ANCaXapuibl U1 HE BCOCaBLLUNECH
MOHOCaxXapuibil. ITH HeBOCTpe6OBaHHbIe yrnesodbl NMOCTYyNakoT B
AncTalribHbie oTAEr bl KUWWEeYHUKa, NAMEHAA OCMOTUYECKOE OaBJiIEHNE
coaepxXmMmoro KmmeydHuKa. OcTtaBlumecs B npocBeTe KMWe4YHKa
yrmeBoadbl HaCTUYHO NoaBEPraroTCA CbepMeHTaTI/IBHOMy
pacuwenyieHno MMKpoopraHn3mMmamm C o6pa3OBaH|/|e|v| OpraHN4YeCKnx
KUCIOT U rasoB. Bce aTo npmnBoOUT K NMPUTOKY BOAbl B KALLEYHUK,
yYBEJITUHEHUIO obbema KMLLIEeYHOro coaep>Knmmoro, ycurneHumto
nepucTtaribtmukn, cna3mam bonam, a Takke METEOPUNU3MY.
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rmoxo3el (IJIKOT-4)

Bnusinme MHCynuHa Ha nepemelleHMe TPaHCNOPTEePOB MMIOKO3bl U3 LUTONMa3Mbl B Nf1a3MaTUYECKyHo
MeMbpaHy:

1 — cBA3bIBAHWE MHCYIMHA C PELIENTOPOM;

2 — y4acTOK MHCYNMHOBOTO peLienTopa, 06palleHHbI BHYTPb KINETKU, CTUMYNMPYET NepeMeLLeHNe TpaHCNopTeEPOB
[MHOKO3bI;

3, 4 — TpaHcnopTepbl, B COCTaBe BE3MKYI NEpPEMELLAOTCS K nra3MmaTnyeckorn membpaHe, BKIoYaloTCcs B ee COCTaB U
NepPEeHOCAT IMIOKO3Y B KINETKY



TpaHcMeMGpaHHbIV NEePeHOoC MMoKO3bl U APYrMX MOHOcaxapuaos B kneTku. HapyweHus
nepeBapunBaHnAa U BCaCbiBaHNA yriieBogoB

N3BeCTHbI HacneACcTBEHHbIEN NPUOBpPeTeHHbIeOPMbl CHUKEHUS aKTUBHOCTHU
depmeHToB. CUMNTOMbI BPOXAEHHBLIX OPM NPOSIBAAKTCA 4OCTAaTOYHO PaHo,
Hanpumep nocne nepBbiX KOPMMNEHUA rPyaHbIM MOMIOKOM (Mpy AedpuuuTe nakTasbl),
nocne nepexona Ha UCKYCCTBEHHOE BCKapMnnBaHue Unn npu obaeneHnn B paumoH
caxapa u kpaxmana (npu gedouumTte a-ammnasbl UnNn cneumdmryeckux ancaxapmaas).
[Mpn OTCYTCTBUN CBOEBPEMEHHOIO NEYeHUs1 BPOXKAeHHbIE (OPMbl NATONOrn
COMPOBOXAAKTCH XPOHNYECKNM OMCOAKTEPMO30OM U HAPYLLEHUSMWN PU3NYECKOTrO
pa3BuUTUSA pebeHka.

MprobpeTeHHble hopMbl NATONOrMM MOryT HabnAAaTLCA NPU KNLLIEYHbIX
3aboneBaHusaX, HaNnpUMep racTpuTax, kKonutax, aHteputax. CnegyeT 3aMmeTuTb, YTO B
3TMX cry4asix 0cOOEHHO YacTO CHMXXAEeTCA akTMBHOCTb NakTasbl. Kak yxe
FOBOPUITOCb, aKTUBHOCTb JTaKTa3sbl B KULLEYHUKE HUXKE, YEM OpYrnX aucaxapuaas,
NMO3TOMY YMEHbLLEHNE €€ aKTUBHOCTM CTAHOBUTCH 3aMETHbLIM B MEPBYO o4epeap.

HdedonuunT nakrassl y B3pOCbIX NOAEN MOXET OblTb pe3ynsTaToOM CHUXKEHNS
9Kcnpeccun reHa fakrtasbl BO3pacTHOro xapakTtepa. Y OTAENbHbIX NIogen 3TO MOXET
NPOSsIBAATLCS HENEPEHOCMMOCTLIO MOJIOKa.

HapyLueHust BcacbiBaHUA MOryT ObITb CneacTBMemM aedekra kakoro-nnmdo
KOMMNOHeHTa (benka nnu pepmeHTa), y4acTByLLErO B CUCTEME TpaHcnopTa
MOHOCaxapuaoB Yyepe3 meMbpaHy. Tak, onncaHbl NaTonornun, cBs3aHHble ¢ A4edEKTOM
HaTPMN3aBMCMMOro NepeHocUYmKa rmoKo3bl.



TpaHcMeMGpaHHbIV NEePeHOoC MMoKO3bl U APYrMX MOHOcaxapuaos B kneTku. HapyweHus
nepeBapunBaHnAa U BCaCbiBaHNA yriieBogoB

[1ns AnarHoCTUKM pa3nMnM4HbIX HaprJeHMVI nepeBapmnBaHnAa NCMNOJb3YyOT I'Ip06bl C
Harpy3|<0|7| onpeaneneHHbiMn yrinesoaamMmn. HeooctaTto4HOCTb KULLEYHbIX ancaxapmnaas
MO>XHO AnarHoctnpoBaTtb C NOMOLLbIO BBEAEHUNA ANCaxXapuaga U nocnenyruiero
oripegeneHnd KOHUeHTpaunn rioKo3bl B KPOBMW. [ns oonbLen YyBCTBUTEJIbHOCTHU
JTOT TEeCT NpoBOoAAT, BBOAA CHaYasrla gncaxapui (50 I'), d 3dTeM 3KBMBAJ1IEHTHOE
KOJIM4eCTBO COCTaBJIALLNX €ero MOHOCaxapmngoB (I'IO 25r |<a>|<uoro). [Mocne Harpy3ku
KOHUEHTpauuaA rMooKOo3bl B KPOBU yBENTNYNBAETCA NMPUMEPHO Ha 50% oTHOCUTENBHO
HOPMblI. |_|pl/l naTonorum nogbeM rmmKkeMnUYEeCKon KpI/IBOI7I HE3HaA4YUTESJIEH.

Ecnu TecT npu Harpy3ke MOHOcaxapuaoM conpoBOXaaeTcs aaeKkBaTHbIM
NOBbLILLEHNEM €0 KOHLIEHTPaLKUK B KPOBM, a Harpy3ka gucaxapuaom He aaet
HOpPManbHOM peakuuun, To 3TO, CKOpee BCEro, YKa3biBaeT Ha AedEKT KULLEYHOMN
ancaxapuaasbl, a He CUCTEMbI TpaHcnopTa.

O HeJoCTaTOYHOCTM NakTadbl MOXHO CyAUTb, onpeaenssi BOAoOPOo4 B BblAblXaeMoM
BO3ayxe (BOAOpOAHbIN TecT). Bogopoa obpasyetcs B pesynbrate AeNCTBUSA
BakTepumanbHbIX PePMEHTOB Ha NaKTO3Y.



MeTabonunim rmoKo3bl B KNeTKax

[Tocrne BcacbiBaHUA B KNLWEYHMKE MOHOCaxapuabl KPOBbLHO
BOPOTHOM BEHbI JOCTaBAKTCS Npexae BCero B NeYeHsb.
[TOCKONbKY B COCTaBE€ OCHOBHLIX YrI1IEBOAOB MULLM
npeobnagaert rnKo3a, ee MOXHO CHMTaTb OCHOBHbIM
NPOAYKTOM rnepeBapuBaHna yrresonos. [pyrue
MOHOCaxapuabl, NocTynatoume n3 KMWeYHrKa B npouecce
MeTabonuama, MoryT npespaLlatbCs B rMHOKO3Y UIN MPOAYKTbI
ee metabonmama. YacTb rfoKo3bl B Ne4YEHU ENOHNUPYETCA B
BUE MMUKOreHa, a gpyras 4acTb Yyepes obLLnim KpOBOTOK
OOCTaBMNSAETCSA M UCNONb3YETCHA Pas3HbIMU TKAHAMU U
opraHamu. B npomexyTke mexay npmemamm nuiim
KOHLIeHTpaUWs rIoKO3bl B KPOBU NOOAEPXKNBAETCS Ha

ypoBHe 3,3+5,5 mmonb/n (60+100 mr/gn). A B nepuog
nuuLeBapeHUs MOXET noBblWwaTbcs npumepHo go 150 mr/an (8
MMONb/N).



MeTabonunim rmoKo3bl B KNeTKax

PoccopunmpoBaHue rinOKo3bl

B kneTkax rntoko3a v gpyrme MoHocaxapuabl y4acTBYHOT TOSIbKO B BUAE
doocpopHbIX adhmnpoB. PocdopunmpoBaHme CBOOOAHbLIX MOHOCaxapnaoB —
obs3aTenbHasa peakums Ha NyTn NX NCNOoSib30BaHUS, OHa NPUBOAUT K
obpasoBaHuto bonee peakuMOHHOCMOCOOHbBIX COEOUHEHMI U MOITOMY MOXET
paccMaTpuBaTbCs Kak peakuusa akTuBauun.

[MoKo3a, nocTynarowasa B KNeTkn opraHoOB U TKaHEN, cpasy Xe noaBepraeTcs
drocdhopunupoBaHuto ¢ ucrnonb3oBaHnem ATO. 3Ty peakumnto BO MHOMMX TKAHAX
KaTannuanpyeTt pepMeHT reKCOKMHa3a, a B NevYeHn 1 NoMKeNyao4HON Xenese —
rMOKoKNHa3a. docdhopunupoBaHue roKo3bl NpakTUYeckn HeobpaTtnmasn
peakums, Tak Kak NpoTeKaeT C UCMONb30BaHNEM 3HAYNTESNBHOIO KONMYecTea
aHeprmn. ObpasoBaHue rnKo30-6-docdaTtaB KneTke — 310 cBoeobpasHas
«J10BYLLKA» ON4 rMoKo3bl, Tak Kak MeMbpaHa KNneTku HenpoHuuaema ans
drocchopunmupoBaHHOW rMIOKO3bl (HET COOTBETCTBYHOLLINX TPAHCNOPTHbLIX 6ErkoB).
Kpome Toro, dpocdopunupoBaHme YMEHbLUIAET KOHLEHTpaL Mo cBoOOaHON
[MIOKO3bl B UMTONMasMe. B pesynsrate cosgatoTca brnaronpuaTHble yCnoBua ans
obneryeHHon Mg dYy3unmn rroKo3bl B KITETKN U3 KPOBM.



MeTtabonuam rniokosbl B knetkax. PocchopunmpoBaHme rmokossbl

MoKOKMHa3a nmeet Bbicokoe 3HadeHne Km = 10 mmonbe/n n katanusnpyet
doocdopunnpoBaHue rMOKo3bl B renarountax B nepnog nuiiesapeHund. B ator
nepuon KOHLUEHTpaLMA roKo3bl B BOPOTHOW BEHe OorbLUe, YeM B ApYrux
oTAenax KpoBSAHOro pycra, U MOXeT npesbiwartb 10 mmonb/n, a crnegoBaTenbHO,
aKTUBHOCTb ITIOKOKMHA3bl B rernarouutax nosbiaercs. B otnuyume ot
reKCOKMHasbl akTUBHOCTb TIHIOKOKMHA3bl, HE MHIMBMpPYETCSA NPOaYKTOM peaKkunm
— INIOK030-6-cpocdaTom. [1oaToMy Npu NOBLILLEHNN €€ YPOBHS B KPOBU
KOHLEHTPpaUMA rMioKo3bl B KreTke B poccopunmpoBaHHON opMe ToXe
nosbIaeTcs. B renatounTbl rnioko3a NPpoOHUKaeT nytem obreryeHHom
ondodpysnm npu ydactum TpaHcnoptepa [J1KOT-2 (HesaBnucnmoro ot
nHcynuHa). IMNKOT-2, Tak Xe Kak rfoKokMHa3a, UMeeT BbICOKY0 Km, yTo
CNoCcoOCTBYET NOBLILLEHUIO CKOPOCTW NOCTYMIEHNS ITH0KO3bl B renaTtouunTbl B
nepuog nuueBapeHns.

[MpenmyLiecTBeHHOE NoTpebneHne rmioKo3bl renatoumMTamMmn npegoTepallaeT
4ype3MepHoe NOBbILLEHNE ee KOHLEeHTpaUMn B KpOBM B abCopObTMBHOM nepuoae.
OTO CHMXKAEeT BEPOATHOCTb NPOTEKAHUS HEXEeNaTenbHbIX peakLUmi C y4acTuem
[MOKO3bl, HANPUMEP FMUKO3UNMPOBaHNSA GENKOB.

ekcokuHa3sa oTnnyaeTca OT MTTHOKOKMHAa3bl BbICOKMM CPOACTBOM K IMHOKO3€e U
HU3KNUM 3Ha4YeHnem Km < 0,1 mmonb/n. 3TOT PePMEHT aKTUBEH NPU HU3KOW
KOHLIEHTPpaLUMK MOKO3bl B KPOBK, YTO XapaKTepHO Ans noctabcopObTUBHOIO
COCTOSIHMA. B 9TOT nepunon rekcoknHo3a obecneymBaeT noTpebrneHne rmokos.l
MO3roMm, 3puUTpounTaMmn N Opyrumm TKaHAMMU.



MeTabonnam rmnokKo3bl B KNneTkax.

HedochopunupoBaHue rnoko3o-6-cdocoarta

[1peBpalleHune rmKo30-6-pocdaTtaB rnoko3y BO3MOXHO B
NeYeHun, noykax n KreTkax anutenusa KMWeYvyHuka. B knetkax
9TUX OpraHoOB NMeeTcAa DEPMEHT rIKo30-6-hocdaTasa,

KaTanusupyouwias oTtwenneHune gpocdartHom rpynnbol
rMAOPONUTUYECKNM MYTEM:

I noko3o-6-gpocgpam + H,O — Inroko3za + H, PO,

CBobogHas rnokosa cnocobHa andppyHanpoBaTb U3 3TUX
OpraHoB B KpOBb. B Apyrmx opraHax u TKaHAX HET rMIKO30-6-
doocdaTasbl, n gedocdopunmpoBaHme rmroKo30-6-docdaTa
He BO3MOXHO. [Tpumepom nogodbHOro HeodbpaTumMoro
MPOHNUKHOBEHUS TMIOKO3bl B KIETKY SABMSAKTCS MbILLLbI,

rOernoKo30-6-gpocdaTt MOXET UCMNONbL30BATLCS TOMNbLKO B
MeTabonmame 3Ton KNETKM.



MeTabonnam rmnokKo3bl B KNneTkax.

MeTtabonun3m rnoko30-6-choccarta

[ NOKO30-6-dbocaT MOXKET UCMOMNb30BaTLCA B KITETKE B
PasfMYHbIX NpeBpaLLEHNSAX, OCHOBHbIMU N3 KOTOPbIX
SABMNSIOTCS: CUHTE3 IMUKOreHa, katabonusm c
obpasosaHunem CO, n H,O unu naktaTa, CUHTE3 NEHTO3.
Pacnapg rnoko3bl 4O KOHEYHbIX MPOAYKTOB CIYXUT
NCTOYHUKOM SHEPrnu anga opraHmama. Bmecrte ¢ Tem
NPOMEXYTOYHbIE NPOAYKTLI MeTabonmMama rroKo30-6-
doocaTta MOryT UCNOSb30BaTbCA ANA CUHTE3a
aMMHOKWUCIOT, HYKNeoTUAO0B, MULEPMHA U XKNPHbIX
KWCIOT.



MeTabonnam rmnoKo3bl B KNneTKax.

Yrnesoabl
MULL K
\ / MNEHTO3bl =g HYKNEOTUAbI
apyrue reTepo-
MnMukoreH ew—ge [THOKO3SA wew——ge pmoHO- nonu-
/ \ caxapunbu caxapuabl
AMUWHOKMCNOTBI, nanvabl
rnuuepuH

MAPYBAT  wewege- JIAKTAT + ATP

;

CO# HO + ATP



MeTabonuam rmukKoreHa

MHOrne TkaHu CUHTE3UPYIOT B Ka4ecTBe pe3epBHOM hopMbI MMOKO3bl rukoreH. CHTe3 1 pacnaj
rmmkoreHa obecnevnBaloT NOCTOSHCTBO KOHLIEHTPAaLMM FMOKO3bl B KPOBU U cO30atoT Aeno AnS ee
NCNONb30BaHUSA TKAHAMK Mo Mepe HeobxoaumocTu. Monekyna rmmkoreHa MmanopacTsopumMa 1 He
BMMUSIET HA OCMOTMYECKOe aBrneHue B Knetke. 3To 06CTOATENbCTBO OOBSCHSIET, MOYEMY B KIETKE
LOENOHMPYETCS MMUKOreH, a He cBOOOAHAas! IMoKo3a.

[MMKOreH XpaHuTca B LMTO30r5€e KreTku B hopme rpaHyn aunametpom 10+40 HM. C rpaHynamm
CBsi3aHbl N HEKOTOPbIE PepPMEHTLI, y4acTByloLLME B MeTabonmame rmmnkoreHa, 4to obneryaer mx
B3anmMogencTeune ¢ cybctpatamu. PasBeTBreHHas CTpyKTypa rmukoreHa obecneymsaet
nosieneHne 6ombLLIOro KoNMyecTBa KOHLEBbIX Y4acTKoOB. OTO cnocobcTByeT paboTe hepMeHTOB,
OTLLENNALWMX NN NPUCOEANHAIOLLMX MOHOMEPLI NMPY pacnage UM CMHTe3e rmukoreHa, Tak Kak
MOMeKynbl pepMeHTOB MOryT O4HOBPEMEHHO paboTaTb Ha HECKOSTbKMX BETBSX NosiMcaxapuaa.

[MuKoreH oenoHnpyeTcs rnaBHbiM 06pa3oM B NEYEHUN U CKENETHbIX Mbllwuax. lNocne npuema
nuwm, 6oraton yrnesogamu, 3anac rmmkoreHa B ne4eHn MoXXeT cocTaBndaTb npumMmepHo 5% ot ee
mMaccbl. Mblwubl MOryT 3anacatb 4o 1% rnuMkoreHa, Ho Tak Kak Macca MblLLEeYHOW TKaHu
3HauMTENbHO BonbLle, YEM B NEYEHU, TO N KONIMYECTBO MUKOreHa Mol 6onblue. B opraHname
MOXeT coaepxaTtbcs A0 450 . rmukoreHa.

Pacnag rnvkoreHa nevYeHun Crny>Xut B OCHOBHOM 114 NoAAepXKaHns YPOBHS MIHOKO3bl B KPOBU B
noctabcopbTMBHOM nepuoae. Noatomy cogepkaHme rmukoreHa B Ne4YeHN N3MEHSIETCS B
3aBMCUMMOCTW OT pUTMa nNuTaHus. Npn 4NNMTENbHOM rofio4aHUM OHO CHUXKAETCS NOYTU 40 HYNA.
[TIMKOreH MbILLIL, CRY>KUT PE3EPBOM [MHOKO3bl, KOTOPAas ABMSETCA NCTOYHMKOM SHEPTUN NPU
MbILLEYHOM COKpaLLeHUn. MblleYHbIN FMUKOreH He UCMNOSb3yeTca AN NoaaepXXaHus YpoBHS
rMIOKO3bl B KPOBW. B KneTkax MbilL HET dpepMeHTa rMioKo30-6-docaTtasbl, 1 obpasoBaHme
cB060OQHOM IMOKO3bl HEBO3MOXHO. Pacxo rmmMkoreHa B MblllLax 3aBUCUT B OCHOBHOM OT
Jom3n4ecKomn HarpysKu.
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CuHTEe3 rnmukoreHa (rnmKkoreHoreHe3s)

[MMKoreH cuHTE3npyeTca B nepuog nuuiesapeHna (1-2 yaca nocrne npMemMa yrinesogHom
nuwm). CUHTES rMMKoreHa 13 rroKo3bl Kak BCAKUA aHabonuyecku npouecce, aBnseTcd
9HOEProHMYECKUM (TpebyroLwnM 3aTpaT IHEPTUN).

[MoKo3a, noctynatowas B KNeTky, docdopunmpyetca npu ydactun ATO. 3atem rnoKo3o-6-
docdaT B 0bpaTtMmon peakuum npespallaeTcs B rnoko30-1-docdar nog AencTemem
depmeHTa cpocornrokomyTasbl. [MNoko30-1-dpocdar no TepmMoanHaMnUYecKkomy
COCTOSAAHUIO MOT Bbl CNY>XNTb CyOCTpaToOM ANsl CMHTE3a rnukoreHa. Ho B cuny obpatumocTu
peakuumn as1rKk030-6-gpocgham—eanroko30-1-gpocgham cuHTES rMMKoreHa 13 rrokKo3o-1-
docdaTa n ero pacnag okasanucb Obl Takke o6paTMMbIMM N NOITOMY
HEKOHTPONMpyeMbIMU. YTOObI CUHTE3 rMUKOoreHa Obln TepMOANHAMMYECKM HEODPATUMBIM,
HeobxoaMma oononHuTenbHas ctaamsa obpasoBaHua ypuanHandocdaTrniokosbl N3 YT
UrNoKo30-1-docarta. PepMeHT, KaTannanpyoLmnin 3Ty peakuuro, HaseaH No obpaTHom
peakunn: YOdrnokonupodocohopunasa. OgHako B knetke obpatHasa peakuusi He
NpoTeKaeT, NOTOMY YTO 06pasyoLmnIca B Xoae NpAMOon peakumm nmpodocdart oveHb
BbICTPO pacluennseTcs nmpodocdarason Ha ABe MoSeKynbl pocgara.

Peakumns obpasoBaHus YOO-rnoko3bl 0bycnaenmBaeT HeobpaTUMOCTb BCEN
nocnegoBaTenbHOCTU peakumin, NPOTEKALWMX MPU CUHTE3E IMNKoreHa. OTUM Xe
00BbACHAETCA HEBO3MOXHOCTb pacnaa rnvkoreHa nytemMm npoctoro obpatleHus npouecca
ero cuHresa.

YO®-rntoko3a fanee Ncnonb3yeTcsa Kak AOHOP ocTaTka rmoKo3bl Npy oopMmpoBaHmm
MaKpOMOSEKYnbI IMUKoreHa. ATy peakumio KatanmsanpyeTt pepMeHT rMMKoreHCMHTasa
(rmroko3nnTpaHcdepasa). [1ockonbKy B AaHHOW peakuuu He ucnosbdyetcs ATO,
doepMeHT Ha3blBaeTCs CUHTA30U, a He CUHTETa30M.



CuHTE3 rnmukoreHa (rnmkoreHoreHes)

Tak Kak rMUKOreH B KIeTke He pacLuensigeTcs nosIHOCTb, CUHTES IMKUKoreHa
OCYLLECTBAETCA NyTeM YANIMHEHNS YXXe MMEIOLLLEeNCS MONeKyrbl nonucaxapuaa,
Ha3blBaeMOW «3aTpaBKONy», U1 npaumMmepoMm. K «3aTtpaBke» nocrenoBaTternbHO
NPUCOEONHSAOTCS MONEKynbl rMoko3bl. CTPOEHMEM MONEKYNbI «3aTpaBKNy Kak bbl
npenonpenensieTca TMn CBs3N, KOTOPbIN BO3HUKAET B peakumn
TpaHCrINMKO3NNMpoBaHus. B cocTaB «3aTpaBkn» MOXET BXOAUTb 6enok
MUKOreHnH, B KOTopoM K OH-rpynneogHoro n3 TMpo3nHOBbLIX OCTaTKOB
npucoeanHeHa onurocaxapugHas uenoyka (MpuMepHo 8 oCcTaTKoB rIOKO3bl).
[TIOKO3HbIE OCTaTKN NEPEHOCATCH MMNKOreHCUHTAa30M Ha HepeayumMpyroLLnMA KOHEL,
onurocaxapuga un casisbiBatoTcs a-1,4-rnmko3magHbiMu cBaA3siMU. [10 OKoOHYaHUK
CUHTE3a IMNUKOreHMH OCTaeTCH BKITHOYEHHbIM B rpaHyIny rmukoreHa.

Pa3BeTBneHns B CTPyKType rnukoreHa obpasyetcs npu ydactum ammno-1,4—1,6-
rnoKosunnTpaHcdepasbl, HasbiBaeMon pepMeHTOM «BeTBrneHusa» — branching
enzyme. Kak TOSIbKO rMIMKOreHCUHTa3a CUHTE3NPYET JIMHENHbIN Y4aCTOK, MPUMEPHO
A0 11 rmoKo3HbIX OCTaTKOB, EPMEHT BETBMEHUS NEPEHOCUT €€ KOHLEBOW BNOK,
coaepxalwmnm 6—70cTaTkoB, Ha BHYTPEHHNIN OCTATOK MHOKO3bl 3TON UNU APYron Lenu.
B Touke BeTBNEHNSI KOHLEBOW OCTATOK MIOKO3bl Onurocaxapuga coeuHsIeTcsl ¢
rmapokcuneHom rpynnoii B C -nonoxeHun ¢ obpasosaHnem a-1,6-rmmko3naHoON CBSA3N.
HoBasi Touka BETBNEHUSI MOXKET ObiTb 0OpasoBaHa Ha PacCcTosiHUM He MeHee 4
OCTaTKOB OT tobon yxxe cywecTsyowen. o mepe cnHTe3a rmmMkoreHa MHOroKpaTHO
BO3pacTaeT Ymcno BeTBneHnn. KoHubl Lenen criyxaT To4KkaMu pocTa MONeKyrbl rnpu
ee CMHTEe3€e M Ha4anom npu ee pacnage.



CuHTE3 rmunKoreHa:
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CuHTEe3 rmmkKoreHa B nevyeHu:
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CuHTEe3s rmukoreHa
B NEYeHWU:
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a-1,4-T'10KaH, YIUTMHEHHBIM Ha OAWH OCTAaTOK IJTIOKO3bI




CuHTE3 rnMuKoreHa:
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CuHTe3 rmukoreHa: oouias cxema
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CuHTE3 rMuKoreHa:
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Pacnaa rmukoreHa (rnmMkoreHosnus3)

Pacnag rnnkoreHa, unm ero moounusaums, NponucxoauT B OTBET HA
NOBbILLEHME NOTPEOHOCTM opraHn3ma B IMoKo3e. [TIMKOreH neyYeHu
pacnagaeTcsa B OCHOBHOM B MHTepBanax Mexay npueMmamm nuiim unm atot
MPOLIECC YCKOPSAETCH B MEYEHU M MbllLLAX BO Bpemsi husmyeckon paboTbl.

Pacnag rnnkoreHa npoucxoguT nytem nocrieqoBaTenbHOro oTweneHms
OCTaTKOB [J1H0KO3bl B BUAe rnoko3o-1-gocgara. [nnkosngHaga ceBAa3b
pacLennsieTcs ¢ UCrnosib30BaHMEM HeopraHudeckoro dpocdara, noaTomy
npouecc Ha3biBaeTcs pochoponmsom, a

doepMeHT rmukoreHcochopunason.

PacuienneHune rmmkoreHa Ha4MHaEeTCH C HepeayumpyoLLero KoHua
nonucaxapugHon uenwu. Ipu aToMm Hannune pasBeTBIEHHON CTPYKTYpbI
rMuKkoreHa obrneryaet ObICTPOE BbICBOOOXAEHME IMIOKO3HbLIX OCTATKOB, Tak
Kak Yem 6orblle KOHLIOB MMEET MOJSIeKyna rmukoreHa, Tem 6osbLUe MOMeKy’
rnmukoreHdgocgopunasbl MoryT 4eMcTBoBaTb O4AHOBPEMEHHO.

[ MnkoreHdocdopunnasa pacLiensnseT Tonbko a-1,4-rnmko3ngHble CBA3N
(peakuus 1). NocnenoBaTenbHOE OTWENSIEHNE TTTHOKO3HbIX OCTaTKOB
npeKkpawlaeTcs, Korga 4o TOYKM BETBIIEHUS OCTAeTCs YeTbipe MOHOMepa.
[MogobHas ocobeHHOCTb B 4ENCTBUM IMIMKOoreHgocdopunasbl 00ycrioBneHa
pasmMepoM 1 CTPOEHNEM €€ aKTUBHOIO LieHTpa.



Pacnag rnnkoreHa (rnmMkoreHosnms)

[anbHenwee pacliensieHne rmmkoreHa TpedyeT ydacTus ABYX OpYrnx
depmeHTOB. CHavana Tpun OCTaBLUMXCA 4O TOYKU BETBNEHUS ITIHOKO3HbIX
OCTaTKa NepeHOCATCH Npu y4acTun onurocaxapuarpaHcdepasbl
(peakuma 2) Ha HepeayuUpYIOLLNIA KOHEeL, cocedHEN uenun, yanuHsas ee n
cosgasas ycrnosus gnsa genctemna doocgopunasel. OCTaBLUMKCS B TOYKE
BETBNEHWNS IMIOKO3HbIN OCTATOK r’MAPONIUTUYECKN OTLLENNAETCA C MOMOLLbLIO
a-1,6-rnoKo3mnaasbl B Buae cBoO60OAHOW rMioKo3bl (peakuns 3), nocrie 4ero
NUHENHbIN Y4aCTOK rMnKoreHa MoXeT BHOBb atakoBaTbCA pocdopunason.

[TepeHOoC Tpex OCTaTKOB [MOKO3bl N yaaneHne MOHoOMepPa U3 TOYKU
BETBNEHNS (peakumnsa 2 n 3) KaTanusnpyeTt OauH N TOT Ke PEPMEHT,
KOTOpbIn 0brnagaet AByMA pasHbiMU pepMeHTaTUBHbIMU aKTUBHOCTAMUN —
TpaHcdepasHoU U MnKo3ngasHou. Ero HasbiBaloT AeBeTBALMUM
(debranching enzyme) chepmeHTOM.

[MpoayKkT oencrtema rmmkoreHgocgopunasbl rmoko3o-1-gocdaraa
N30MepPU3YeTCH B IMIOKO30-6-dpochaT dpoccpornrokomyTasom (peakuus
4). Nanee rnoko3o-6-pocdaTt BKIo4aeTcs B npoLecc katabonuama mnm
apyrme metabonunyeckue nytu. B nevyeHn (HO He B MblLLLAX) IMHOKO30-6-
doocaTt MOXeT rngposim3oBaTbCs ¢ 0bpasoBaHNEM ITHOKO3bl, KOTOpad
BbIOENAETCA B KPOBb. JTY peakumio Katannsmpyet oepMeHT riKo30-6-
c¢docchataza (peakuus 5).



Pacnaa rmukoreHa.
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Pacnap rnMKoreHa - rmukoreHonus
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Pacnag rmukoreHa.
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Buonornyeckoe 3HayeHMe oOMeHa rnmmkKkoreHa B NeYeHu
U MbillLlaX

Ha pucyHke npuBeaeHa oblias cxema cMHTe3a U pacnaga rnmkorexa.
CpaBHeHMe 3TUX NPOLEeCCoB NO3BONSET caenaTb cneayoume BbiBoabI:

« CwuHTEe3 1 pacnag rmMkoreHa npoTekarT No pasHbiM METAabONMYECKUM
nyTsM.

* [leyeHb 3anacaert rnKo3y B BUAE IMUKOreHa He CTONMbKO AA COOCTBEHHbIX
HY>X, CKOMbKO A9 nogaepXaHma NOCTOAHHOW KOHLUEHTpaLMN IHoKO3bI B
KpoBM 1 obecrneymBaeT rroKo3on apyrue TkaHu. [NpucyTcTeme B neyYeHn
[MIOKO30-6-cpocdaTtasbl 00ycrnaBnmBaeT 3Ty rMaBHYO PYHKLUMIO NEYEHMN.

*  QYHKUMA MbILLIEYHOrO IMMKOreHa 3akrnoyaeTcs B 0CBOOOXAEeHNN IMH0KO30-6-
docdaTta, NnoTpebnsaemMoro B camon MblLLEe OS19 OKUCIEHNSA U NOoSTyYeHne
QHeprum.

* CwuHTE3 rmukoreHa — npoLecc 3HOeproHn4Yeckn. Tak, Ha BKITHOYEHME

OLHOro ocTaTtkKa rfoKO3bl B NonuncaxapuaHyto uenb ncnosnb3dyetrca 1 Mosib
ATO n 1 monb YT,

« Pacnapg rnukoreHa go rnoko30-6-dgpocdarta He TpebyeT aHeprum.

« HanpasneHue npouecca B CTOPOHY CMHTE3a Uinn pacnaga rnmkoreHa
obecreymBaeTcs perynaumen.
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CuHTe3 U pacnag rnvkoreHa:
1-4 — peakummn cuHTE3a rmmMKoreHa B NeYeHn N MblllLax;

5—6 — peakumn mobunusaummn rnmkoreHa B nNeYeHb U MblllLbl;7—8— peakuum
nedocdopunmpoBaHUATIOKO30-6-gocaTtam NoCTynneHne rroKo3bl B KPOBb.
Peakuuns nponcxoguT B NeYEHN B OTSINYME OT MbILLLL, B KOTOPbIX OTCYTCTBYET
doepmMeHT pocpaTasa
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